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BAFZBREMERANE R ELRTIEER)
RIS G E

ANCA BAE M E & O b B ENC BT B I8EIEDFHEIL D 7= D EhEak LR Fi I & BRAFST
MRREE BIEA—
BT FrERKE Vou~F-BERE - 7TUVAF—RE R

WIREE

(RBEECHERTIME - BEXRHIRIZTE L 7,)

DBREICE T 2 EIAME ANCA BEME R OBFIEDOTET  AOBED - BHZKT L
2 ORI X BWHRIZE (JMAAV B, RiCRAVRAERR) OF — ¥ 235 & & bic, Fi-2aim
= FERIREFZE (ToCRAV RRER) % BR%A L 7=,

(1) JMAAV RERIT. DASEIZ SV MPO-ANCA BIE M B L loxt L TEEENEE 72 ha—u
DHEREZA LT ZRIM BRI TH D, B ERIMBHEITRIGERY, REREH 2 6], E
FEG] 23 B, BHER 23 FINE TN TV, TRRDREORNTFIRER 4T FEFNTIBWVT, 6 H AR
DEME 89. 4%, 18 7 A DRIBIZFBIT HFETE 10. 6% .. KEIBFEHBITE 2. 1%, B 19. 0%
Tholz, BUHIETIZ, Grade 3 LLEDORYEE 19 6] (29 #F) . LEERA <2 b 1#), BMmE
AR 3B, BEIRFE OB, BHEAEITEZSHET 3612807, BKD ANCA BE M E % D
RCT & &4 % &, MAAV OEMERLRTCRITIZERE TH- 7200, FRECEHEIEHEET
bHot-, FOEZLE LU TREMHRE (BiooY) oREFEOKE, BIBRKEAT o1 FORE
FHIEOHE, ST HARCHEREREO FHEREOMITRERSHOBEL o, ZOBRESE
A TCIBBIETBEOHA FT7 A4 V1 RER LT, HABIEEME, MHEEEE - B3 QL OFHETEIC
ONTHLRFB R I, BALUERKXOFMAEOZLELBAVHALL o7, BliERAE
RO > baAREREDEMEBO—RELRE NI ERHALN LD | FIHIBHEE L MHE
TAHAFRR b E N, MREDRI DS Wegener WFIEE & OEROMLEMENTER S, fi
Rt ANCA BB M E R OFENRR I N, VT CF# CBET 2 16 BrTOE Y b,
PRSI SR MAE RIC RN METF FACI3 BRAE SN, SR OBRIGABHFESNTE,

(2) RiCRAV REBRIT. HEUETEHIT AR 7 13 HEB i E 2 7R3 ANCA B E &R BF I T2
Rituximab OFH AMEEZREITTIHEEMETH D, BEINL T HlOBFEIZONWTHHABERSES
HERE Lz, MERBEICK LT 7HF 56T Rituxinab OB EDMERR SN, AF
FEHELT, BOEE 16, BMRBEICIZET 1 4], BEFRVA LV AOBEMEIIZE S
de novo ATRDRIE 1 §], BI O, EMEEOSH 26 (AP, iSiRE) 2707, 3HITH
BERD, b 1FIREORBOBICHEAFRCLAIGERHEICLVELT L,

(3) ToCRAV RBRIL, EHERFICAMEE 72 i3EHME 2R3 ANCA BEMERBHIIXTT D
Tocilizumab OFFAMEZ R THIBKMETH D, BEDRIREAE, BRAKEHE, Tocilizumab
DO¥EFHE, FFREE. FHMEHE. PIER O REEE L EROFEORAB Z OV THRE
L. 7a ba—nZERLE (FEEFLK S . SHE T2 FIOBRREITROVREBEST
b5,

PLEDMENTRERE b &2 AT RYIEE U 2 D DR A S ERFH IR & 3PEA R T, TANCA
BEmMERDOBETA T A ZIERL. FRL23F 2 8 28 RICAR LT,
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A. BFEEW

ANCA BIE & R IIBMEM LRI E R (MPA),
v = A —RFEEE W), 7 L AX—ERFE
PEME S (AGA) D 3HBOKRI T, Hiar Pk
Fg sk (ANCA) PREICEET 2 THRD
BEWEIEMMER TH D, HHETIE MPO-ANCA
BEtE > MPA AAEMRAIZLEL . WIZERAK T
PR3-ANCA BB WG ASFEFIZHZ VY, W biE
THNCIRFE SN & BIIZIRICE 52, BIFK
HBarguf kK BEEaLFad R 60 ¢RE
HE 7 orR2x7 7 2 F (CY) OftAEIEC
L 0K 0RO BETEMPEBEAIND L IITR
o7, LvL, EHERE CEMEADORE LK
10%D BE ~DIEFRIEOB R, BREMEREET
DENFRBA~ORIRDOMSIOT-DIZ, BKT
127 & MMk ERE (RCT) 23MThi, &
Nz FUoARELRTEE, LML, Zh
% RCT TIHEXBRBE DR EN W IEFTH D |
HBREIZE W MPA FER~EH T 5 IZIIRER &
ST, TN, bREIICEBT HREEOZET
VADEENPLEENTELEBTH D,

BRTET ADBEDODIZIE, SR ET
HBRFEMICBIT S, EENERIEORERED
FRAE (55— ERpE) . EHERFEOBRFIEXIRE L
T leibEE A AMEOFM (55 R | &2
EIRERB L O RBFEOHF AN Z LT 5 RCT
(BE=BpE) ONET, BMZR TRIALI N5 &
EEbD,

B EBEREEERREBR S LT, BEAS@E - 8
PEM B R REFERIE (EEHESE  BIHE—)
ZBWT, FRR 14~19 421 MPO-ANCA B L
BRI THEEENGRE 2 ba—VOFH
P& B B AN A AT & ERERAFSE (TMAAV 3UER)
WEIT I NIz, EORER. 48 BIDREFI A Bk S
. FRL 19 FERE TRIBBE Sz, A%
BEOE 1 O EIT MAAV RO 2T —F O
S ATV, BTS2 Fa— A OB REE
THZETHD, T, KRERIZEZVERE
LR E O, ARBELIIRECED &6
JE D fFENT 218 LT, A3 [E > MPO-ANCA B i &
ROEELZPALMPICTHEE DI, BE 2 b
a—LOEEHII-EOKREHT, b,
JMAAV BBV 7T & LT, BEDOT U MY
LEBHETABEFHBIUORTF FHEZRE
L. EOBREEAICEL TRRERNREEZIT O,

T EBRPEEEREBR L LT, HAMEmEAHE
HFZEHEC, EAERFEGA 2 x5 L LizH CD20
Hi{E (Rituximab) ® A — 7 T ~L 3Bk (RICRAV
REB) NMThiiz, FAR 18 EENIT 7 FI B
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Shir, AFFEHOE 2 OFFE AN, BEkE
Fo 5 EFORBEEEE %@ L T Rituximab
OERME LD TAETE, LBITLSLUT,
REBE, (EEARIERERET D,

BB EEERRRE LTL ) —D2D4—T
S5 ~ULRER (ToCRAV RBR) 2 4E - £175 5,
ARBRTERREEA LR E LTH IL-6
o kBIK (Tocilizumab) OF HMEERIET 3
B X FRIRHIECH 5, FH 21 EEIZFER LT
7u bka—LEFIREECLEMREBEZES TR
BLEHBIC, Tk 22 EERE TREDOREET
9o

U EDOBITHRE b &I0, RPFRBEIREEL
7= BA SR FZH & AR T, bAEIZRT
% ANCA BEMEXROBET A K714 E2{ERK
THZLEERKBIEICT S,

B. FAFE
(1) JNAAV &R

JMAAY DEEST —%  MEV I, BERKR
M. RO T A2 ) S b—AiFt T
IRESHEESNR TS, LLTFIORTHFEARR
EHEIZB N T HERELZED S,

HEHE T B SR HE B O FA A B ke A S AT
L. BEFMOKFE - )7 - EHEREOREE
175, BRE, REE, RABFEBTER. B
SO BRERFEEHTLHEEBLIZ, LTD6D
DINEBEPEN 1T 5 L TOEREEOSGZ R
T 5,

TEEME IS B SR BIEEE, MREEE.
#BE QOL D FFAmE (F 1LE 4L BVAS, VDI, SF-36v2)
OOPREOBRE~DOEROZLEEZ BT D,

R ERNEEA RGBT OBRRE L
fEx DETRETT 5, BKEDHENL, DA
EDBREDEEER LMNTT 5,

HRERNMNEESIIRFEEEORE LA
DOETHRHNT 5, BCkE OLENS, MEMM
KR EDPHREOBEORKEEH LT 5,

ASHERFEESIIERFREOSHEL A
T BTLTCAHECEFREALLCT S, &
2. BRPMEICER LT, ZORBER LT TE
FHEEHESLT 5, BHAEREIZ T ANCA BEE & &
BT ABREFREONA RIA4 BEERT 5,

KNSR Z DTN 7 AR EESIT. B
BEOWBFIR S OVEHERAE 1 EF ORE M
P AR LT T AT YT b — LT 2
75, BEOT7T U ML LEELEEEZRT
BLEFEREL T, BRUEROMBHASCERR
RAEEET,

TuFAI s ABFEESE. BEREFEOM
HORTF PR EZITV, RERLT 7 b At
B AR TF ORI LB E1T O,
ORI F FORKRTIEAEBEEREL., ME
RIZBTHEEORACHEKRICHEZ BT,
(2)RiCRAV R

BEBRED 5 FRORMARBBZ 21TV, CY
HEhHito ANCA EMERXRBEICBIT S
Rituximab B{EDBILIREE, RRRE, =4
VT ORA v b EofEREHT, REKEE
DB A T A CRRE Y AT,

(3) ToCRAV BF %%

BRI 2R E Lk IL-6 /K
Hif&k (Tocilizumab) DA — 7 T N NLRAER
(ToCRAV 3RBR) % HFH-lzsrR L., £ - T+
Za
(fREmE~DERE)

AWFZE R BB A T D AHEHE#E EOBLEIC
ZE L., AP X o CTHIEXIRRE ORF|
RfEBRENEREND Z I OWTHEHALE
TREBEZRKDD, 2D TH—bRarizs
MIBSEFEEE O BEEOREEREREFT
AREZT%ITTH, 22045 —T 7L
RBIIIEERSH L 0 IBFEEOBELE 22T
B0, FOERIRABHACEICHIE S, F
7 KRR ORFIC OV T L HaICERT 5,
AHFRENEET 5 3 >OEEKEHFEITTD
LR L RATA X BRIIETH D . EFIBELR
HONCERRIEMAER & T, BRI HTZ-
TIHEFOBAERLAIR LEALT D, €T
ORNE®7a b a— L ICHET 5,

C. HEKE

(1) JMAAY BFE

ABBRBEOFEY LEIF

JMAAV 3RBR Tk 52 JEBI DA AR H Y | 4
BID RS RET Y U TR S, FT TS
FiL 48 Bl L fpote, EEERNTIIEEIER 2
], BIER 23 B, BEF 23 HITh ol RE
AER1ICEEDR, 6 BLUNIZERE LT 1ES
BB ATHEIN T b a—AIZiho TIBELY
. 42 60AS 6 A OB S TCEMICEL L, BEE
L7= 42 e 8 48] (EAEHI 3 I, BRIEH] 5 F1) 1
BERBR LN, 72, 18 ¥ A0BEHBAD
FECHIE 5 B (REEF 1 H, BIEF 3 Fl. &
FEF) 1B . BATRERTERE 1 ] (BIEF) T
Hol LLEX Y BEE89. 4%, LT 10. 6%,
KEBRLBITR2 1% BRE 19.0% LHEEE
ni,
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BVAS : ﬁ@*ﬁéﬂﬁ.f{ﬂ(‘@ BVAS new/worse
@ baseline EBMEIL 12.4 T, {5E#% 6 HET
FIFE0 LD, 6 08 EHMEIXFEFREE0. 13 T
HoTNEREES 15 EHRBTHEEICE M-
77, BVAS persistent IR BHF DK & 2 EEIT
Rongholznn, BEFITEERREDOS O
BEBIZSEN-TE,

VDI :VDI YE¥{ i baseline 2.2.18 7 H 3.2
C.CYCAZREM % (2003) DFER (FhFh 1.3,
2.5) L o@EmoTe, 18 A @ VDI EHE
tX. baseline ¢ BVAS persistent 25 4 UL L OBE
TIE4.32 & A RFORE (2.29) L0 E»-T,

SF-36v : s# D 5ElE L TV 7z 32 SEFI DA ¢
i, TRERBRHI TR CEREE 0 ARHETH
o, BITEWIEBIX., BEEEE (PP . F{EARY
HeE (RF) . B E&EIEE (B (RE). #=m
ATEBAE (SF) Th o7, BEICKL YV FEICHE
L=, EREEIZIELRN-T,

c) BRI

&k A8 JEM P 36 Bl (75%) (CBIRENED 5
Nz, BERBEITEIN Tz 22 o 5 BIEIIR
TE 20 BIOBEREARTHFT LI, b AOF
REEMEICL2ZWERO—BERIL. Stk
RIERATEHEL . BERE TRIERWMERIIZ S
o7z, ¥ eGFR &, REREBHHRE, MlaMkE
LUMRMERRRRME Y A B, WEMRZEIARIC
FEBE L TW 7z (p<0. 001),

d) iR %

BERIED] 48 B 22 BV E MM R 2B T,
TREBRLERTD CT BT A (n=21) {X UIP X &
— 10 5 (48%) . KREENFHB FEHE 5 6
(24%) . BT AT AEEEMN 5 F (24%) . BIK
B DR 3 4] (14%) ThoT-, JIENFIEE /&
B IT MR FEERE Th oSN H
D, MPA LD WG LBl & LEBZ LI, 10
1] (48%) (- K IE D BB A b iz, BB MR 2%
DEAIFOHENTRE TH - 7= 19 Bliz BT, fifi
EEE BB EOUED 9 6 (4%, Eikas 6
Bl (32%) iz b, CY fEREREHE (IVCY) @
TN EFICHEFPFRICSE T,

e) B HHE

BOHECET SO =K T o r— MIED
X RAT U7 f5 B Grade 3 LA_E DREYSE 19 41 (29
) (Graded4 : 21, Grade5: 1 HZ&ETe) .
DIERA S N1 BfE A~ k36,
FERIF 9 B, FHEBBIRZE0LET 3 FER

BTz, FRYE O RIE R BT K 200 B TH D
ZOWNERE., HIEREE (11 #) | ERERE

6) . =2 —F T ZXF ML (PCP) (3 ) .
U A NVAREYSE (1) . Ko CH) Tho
2o ZORRESEZT, BRYETFHOHA K
TAEERL ANCA BREMEROZETA N
FA VR LT,

LSRR UT = REBIH

TR ICEMINE A XNk L CHERF S
QIEBIZHOWT 8,797 EDBIETEMITL, 1h
Btk CHRRRBERE(LE T 88 HOBMLET
A L7, 2088 BT DR L HEREMEOH
BENZIEBEGETEZRELC, EBVNERTH
BN 21T o7, Z OfFMTITHE U -ERFIL 18
JEF (THBHRE 156, PHRAREIF) Th
otocbwrmw%%&%ﬁﬂ5—ywﬁ@

WZOWTERBRSHTZITV., THR2THETLE
BABETEY FELT 16 EOEEGTFHH
At (£2) , TRERAWT WPA BEOIRE
BOTH%%ETHITE D AREMD R I LT,

g FnTA=E o REHN
ﬁﬁ%%@@%&f?Péﬁéﬁﬁmrﬁﬁ
BICRRAT L7-RE 3R, TR Rl TIRIER% I
WAL, SEBEBOESHHIC iﬁﬁ%w?
1523m/z O X7 F FEBRHBELEZ, ZThix
Apolipoprotein A-T (ApoAl) @ CER¥R 1373
BT TH Y, ACI3 Lfd Uiz, MPA RE D
L% ApoAl 8 BEIITAMEAT CIEME. VR HIZIZIE
FIRICEE Uiz, ACLS 24/ i 3 PN A M ALk 1
w3 & IL-6, IL-8, B a v /7 EAY 27
DFEBRHEBIZTCE LTz, ACI3 i MPA TEENHAIC
e RAIZ ApoAl 1> & BNl S v A -CHEEAN L MPA
DRBBWICEREEZ N, TMERNK
HBaH SO IL-6 & IL-8 D4y a s L. &h
A E ST MERFELEEIE DML
ENT,
(2)RiCRAV®F %

EEgkIni T HlORHBELITo 7o, REM
CD19 FEtEHIfRa DL MR A & & iz, b fEH]
C Rituximab OEHNEIMEL RN, BF
HFHHL LT, MELEODREICLDEELD
NARAEE1F, BfMREECXIDET 1A
37, HBs LR A HBs AR IERE LD B
BIRFFR 7 A L ADBEEMHEILIZ L D de novo T4
DRE#BDT-, E5IZ HBe FLikBERE LY
FHEOSBF L Fl, RISTREO SO 1 FlR DT, 3
FITHREZRD, SFEEIZ, 2L 18540
BiBgcmERFRICL ITERAEICLYIET
L, UEDOREHF»E, 5% OBRFIREL MY
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L. ANCABBEMERDOBZENA KT A4 ic@#k
L7,
(3) ToCRAV #F3%2

BEORINEAE, BRI EXE, Tocilizumab @
w5 G, SFAEE. FEiFE. P2 650N

Fi v 2L L REREVBFSE DB HBIC OV TRFT L,

Ta bha— L EERLE (FEEME 5) ,
Tocillizumab O 5 FHE%H 8 mg/ke/2 & L.,
BEUE I ERME LE, ZhETIZ2HO%
FEIT -T2, 1 BHITREEHME O W6 ER <,
MR E OISRk B L ORE BRI L
Tocilizumab BEZTH-o72, FEEH L LT
—EMEHREE, FHRENED LN, BR
R EMMERELTVWA, b9 1 HillE 2010 4 12
AOBEVIBERBEBLIZEZATHY, S%IE
BIIRBBETITETH D,
(A)ANCABAIEMEROBRITA FSA4 Y

2 DORAEFBEZMFEIE (BEAMEmE KT
BLUOETHEBREED) &AF T, ANCA BE M
BROBEHNA KT BER LT, HBRREL

TIIKER, RRMES, 20 & RN, 1AFRIE.
B, SHOBEOESTE L, Hiz, B

BICBWTIE, FlE, B ARE, B
FrtiE. A OHEXR, BREFOIREIE, Bkt
FEFNZ XT3 DIRFIEIL T, BREAThAE
DEERIIERBREEZONDFEERR L, E
R 2342 H 28 BICET - AF LT,

D. #%

TMAAV BIFZTI3BETEPEM & R BEDOBFITIZ L 0 #E
SEINTEEREOFRMEE, brEIZE W
MPO-ANCA BEEMERICEWTHRIEL7-HDH T
OHMEBKRR TH o7, TORE, EHER .
LR« BHBITE - BREREITDE—ED
EEIELIL, BRODBEICRIT S RCT O/
ELRBEERRERLEO LERBRIE LR
bbb, £, VTN CRIE SN 16 Bz T
Y 07d I THEEERTEY b)) . MPA 4
B R MER7F N TACI13] X, 5#% DK
AR EN, LaL, W O0h05% D%
BObALNE o7 LD 4 Iz o &R ~B,
(NemE

AExmy b)Y —KHEL LCEALZORELS
FEENFEREREEEL LTHOY TS
MPA DEZMEMETH S, RKBBEEORHEIL,
MBI RNE LN VEF LB T, A
%\ MPO-ANCA BRtEFTR. 2 EBEREFRT RO I
MMAANT-Z Lok v, BEFHFIOREL %
ViRl THRBRENLINTNWEZETHD, L

ML, TOEEL To— LR RELOREM
@@&#A&k%én HREDO—HOThHD, F
72, JMAAV TR EEEZ 3SOIKHEL T, £h
WCRIE OERERREERE L, Zhix

MPA OF % THRIRIREERINICERTHEZ L
DRFESNTZN, ZhE& T u—N" VR EEED
BEOEBRINLESEDORETH D,

(2) Bl 5 &

IMAAY 123817 2 BE OFRBESHHEFMIC AW
7o BVAS IIfE CEAMRIBETH BN, W iZ
BRETHAEENPEEY ARG TWAS—FT,
MPA TR.ONBEREIT D20, IMAAV BEFT 52 5
DRETH BVAS Z WD 24 —m@ﬁm
BELNZA, LB LM FECRENE
Fhd, Fio, BEFOMRRER @rmmsm
BOONTZIELRETRERTH D, 5%,
TADSRRFSA] ANCA BEEEME K & D KA E
fITHD T ENFEIEI NN, ANCA B M & &
O HI- BRI HFINS,

(3) e M
JMAAV O 7 e h aa— )L OHERIZ BV TS %O
BERBENZ, —2I0H SN 5 4 EmEE

®E (oY) OB THD, FEICL-TiT
CYOHRHBISLT LLbEBEMHTONTWT, ZD
ZEN, BEEFAICBWTCHERORLEZ LT F
SUEBNEE L id ol 2 &R0, BRRR (19%)
73 CYCAZAREM RBR(D MPA ¥ 74 TOEMRE

8%) Lo 2fEULEEETH- T2 & L BE
LTWAREERD D, £7-, GC O =
SO VREBICEEINR TV, FORE, &
WNOIRFET A KT A4 LHEEL T 6C OREE
BENE D, GC EEMHOFEFRNS S B
SN ELHEEND,

(4) & OHEE

JMAAV o3BT D REBYE GBI ORI & LT,
G HEBALATE 200 A LARRIC, BEAERRMLE O RIEMN
WEINT, ZhHOEFIZWTHR Y KIBEIC
L ARBBREETCY R TH o2, ZORER
e, BEERREEOIEIZIZ, 6C DR KABESR
DRIREICM % BEHFHERE O cY REE 506
BMOEETHHIZEXPALNE o T,

JMAAV D 48 BFp, RV A NIV A/ ANT 7
A MxH— 0 (ST) &5 31 61, &S 17
T, BEITDH 3 F|D PCP ZFIE LI-, PCP O
FEiD 728 ST OFBifk 5 ORIESHEIND,
T, BEHRLE 6 oL LT, MEREE
BEL . FONIHEITANFNLRETH-
Tro MOMBEEDO FHREL ST TOIES
WREBEEBRRELZAEURPo, MOEELRE
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B 27 LR W BBEFICE. BRORKER
EOFHHRENHERENS,
S%IT. ThHDORERAANT-REN I
WS ha—VEHESLL, FORBMEARTR &
CRIESND ZEBNEENS,

ANCA BIEM BRI WTIL, EHERFIA L
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